2,063), CO diffusion capacity 13-4 ml/min/mmHg (at rest) and 27-6 ml/min/mmHg on exercise. Tests for emphysema and airway obstructions normal. X-rays: Chest shows flattening of both diaphragms with increased bronchovascular markings. Cardiac shadow normal. Long bones show generalized osteoporosis, most marked in right foot. Skeletal maturation (wrist) compatible with chronological age. Open lung biopsy: Most alveoli were normal. The bronchioles appear to have unusually large amounts of muscle and peribronchiolar connective tissue and are excessively tortuous. Increased connective tissue in alveoli is marked only where they are in close relation to affected bronchioles (Fig 1) .
Lung culture: No bacteria or fungi.
Comment
Clinically a diagnosis of Hamman-Rich syndrome was made although the radiological appearance was not typical. As the progressive pulmonary disease was characterized by a diffusion defect with no evidence of airway obstruction or emphysema, the presence of interstitial fibrosis was anticipated. Contrary to the original report, many patients have survived for years and the radiological features have often not been typical (Sheridan et al. 1964 ). Reports of this syndrome in childhood are relatively rare and Donohue et al. (1959) found 8 cases under the age of 19 years.
The clinical diagnosis was not fully confirmed by the lung biopsy which demonstrated striking changes in the bronchioles. They appeared tortuous with increased muscle in the walls and excessive peribronchiolar connective tissue. The alveoli were essentially normal except where in relation to the bronchioles. In these areas connective tissue thickened the alveolar septa. This pattern suggested that there may be an underlying developmental anomaly of bronchioles related to that found in 'bronchiolar emphysema' (Siebert & Fisher 1957) . Donohue et al. (1959) considered the lesions in bronchiolar emphysema to be very similar to the lung findings in Hamman-Rich syndrome.
The associated features of a peculiar facies, osteoporosis and retarded growth may be associated with the possibly congenital pulmonary disease in this patient who was small-for-dates at birth and who has a dwarfed brother.
